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Abstract

Dowling-Degos disease (DDD) is a rare genodermatosis primarily presenting with reticulated
pigmentation of the flexures. Secondary features include comedones and atrophic scarring.
We present a patient with histologically confirmed DDD whose predominant clinical finding
was of comedones and scarring, with less prominent pigmentation, thus expanding the clini-

cal spectrum of DDD. © 2019 The Author(s)
Published by S. Karger AG, Basel

Introduction

Dowling-Degos disease (DDD) is an autosomal dominant genodermatosis presenting
primarily with reticulated pigmentation of the flexures [1]. Secondary features of the disease
include pitted facial and perioral scars and comedo-like lesions [2]. DDD exists within a
spectrum of related conditions presenting with reticulated pigmentation, including Galli-Galli
and Kitamura diseases [3]. The histology of this group of conditions is considered diagnostic
[1]. The histology in this case made the diagnosis.
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Fig. 1. Comedo-like openings
and atrophic scarring on the
face.

Fig. 2. Blue-grey pigmentation
and hidradenitis suppurativa in
the left axilla.

Case Report

A 36-year-old female presented with large, open comedo-like lesions on her face, chest,
and back which had been present for approximately 3 years. She also complained of atrophic,
pitted scars on her face (Fig. 1). She gave no history of preceding acne. She was known to be
HIV positive and was being treated with antiretroviral medication. No association between
timing of the appearance of the skin lesions and the initiation of the medication was noted.
She gave no family history of similar lesions.

On examination, besides the aforementioned comedo-like lesions and scarring, subtle
macular pigmentation was noted on the face, chest, and back, as well as more striking pigmen-
tation in the axillae. The pigmentation in the axillae had a blue-grey color (Fig. 2). In some
areas, the pigmentation was reticulated. The patient was also noted to have mild axillary
hidradenitis suppurativa.

Features such as acral pigmentation, palmar pits, rosacea-like eruption, or multiple
seborrheic keratoses were not noted.

Results

Histology of a punch biopsy of one of the pitted scars on the face showed a marked prolif-
eration of elongated and anastomosing, pigmented rete ridges, penetrating into the dermis.
A dilated follicular infundibulum filled with basket-weave orthokeratosis was also noted. No
acantholysis was observed (Fig. 3).

Discussion/Conclusion

This case is worthy of note because the secondary findings of the condition, i.e., the
comedo-like lesions and pitted scarring, were the most prominent clinical manifestations of
the disease, with the pigmentation only being striking in the axillae. Histological examination
allowed the diagnosis to be made. Phenotypic variants of DDD have been reported, such as a
folliculocentric variant, a vesicular variant, and a variant with prominent hypopigmented
macules [1-3]. The coexistence of various dermatological conditions, including hidradenitis
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Fig. 3. Anastomosing pigmented
rete ridges surrounding plugged
follicular opening. HE. x10.

suppurativa, has also been well described [4]. Reports of the clinical overlap of various retic-
ulated pigmentation disorders are frequent [4]. In short, significant phenotypic variation has
been reported in this group of conditions.

The observation that DDD may present primarily with large comedo-like lesions and
pitted scarring rather than pigmentation should prompt dermatologists to consider this
group of conditions when entertaining diagnoses such as comedonal acne and the familial
dyskeratotic syndromes.
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